Superficial acral fibromyxoma (SAF) was first reported by Fetsch et al. \[[@B1]\] in 2001; they described the distinctive soft tissue tumor, which had common clinical, histopathologic, and immunohistochemical features, in 37 patients \[[@B1]-[@B5]\]. To date, however, few cases of SAF have been described in the literature.

A 54-year-old man presented with a 1-year history of a slowly growing lesion on the volar surface of the left second toe and complained of tenderness when walking. On physical examination, the patient had a skin-colored quadrangular mass, measured as approximately 4 cm×4 cm×2 cm in size ([Fig. 1A](#F1){ref-type="fig"}). It was a nodular lesion with a well-defined margin, but had no erosion, eschar, or bleeding. In addition, it did not invade the periungual or subungual region. Furthermore, it had a soft surface with soft tissue adhesion. There were no notable findings on radiography nor a family history. However, the patient did have a several-year history of tinea pedis. The patient scratched the itching area, resulting in alternating wound healing and scarring. The patient was tentatively diagnosed with hypertrophic scar or keloid, for which we performed a complete resection of the mass ([Fig. 1B](#F1){ref-type="fig"}). On histopathology, the mass was located underneath the hyperkeratinized epidermis, and it extended into the dermal and subcutaneous layer. Its cross-section showed a yellowish-white, jelly-like substance. Its histopathologic findings included a fascicular or storiform arrangement of spindle-shaped or stellate-shaped tumor cells in the myxocollagenous matrix ([Fig. 2A](#F2){ref-type="fig"}). These findings were suggestive of proliferative fibroblasts. Accentuated microvasculature was present in the matrix, accompanied by the overall presence of mast cells throughout the lesion. However, there was no marked presence of other inflammatory cells. Moreover, there was no dysplasia or hyperplasia of the tumor cells. On immunohistochemistry, the tumor cells were positive for CD34 and negative for desmin, S100, and epithelial membrane antigen (EMA) ([Fig. 2B](#F2){ref-type="fig"}). The patient was eventually diagnosed with SAF. At a 12-month follow-up, there were no notable complications or recurrence ([Fig. 3](#F3){ref-type="fig"}).

SAF is a solitary, nodular, slowly-growing, asymptomatic soft-tissue tumor with a well-defined margin. It is a rare tumor entity that mainly affects the soft tissue of the extremities and commonly occurs as a small nodule in the periungual or subungual regions of the fingers or toes. It has a predilection for middle-aged adults, showing a male predilection with a male-to-female ratio of 2:1. In addition, the mean age of onset is estimated at 43 years. It can take 3 months to 30 years until a diagnosis of SAF is confirmed.

SAF is known to invade the nail, but causes no bone destruction on radiography. Grossly, the tumor has a semispherical polypoid or a verrucous shape. It also contains a grayish-white or yellowish-white jelly-like substance on cross-sections \[[@B1]-[@B5]\].

Histopathologically, SAF is a non-encapsulated, well-circumscribed tumor. It commonly occurs in the dermis and sometimes extends into the subcutaneous layer. In the myxoid or myxocollagenous matrix, spindle-shaped or stellate-shaped fibroblast-like cells undergo a proliferation of moderate degree. There is an irregular, loose, fascicular or storiform arrangement of the tumor cells accompanied by the overall presence of mast cells. It has no other inflammatory cells \[[@B1]-[@B5]\].

The myxoid matrix of the lesion is highlighted by alcian blue (pH 2.5) stain. On immunohistochemistry, it is positive for CD34, CD99, and vimentin but negative for S-100 protein, α-smooth muscle actin, glial fibrillary acidic protein, keratin, and human melanoma black-45. There is variability in the immunoreactivity for CD10 and EMA \[[@B1]-[@B5]\].

Differential diagnoses of SAF include tumors with myxoid lesions (myxoid fibrous histiocytoma, superficial angiomyxoma, myxoid dermatofibrosarcoma protuberans, low-grade myxofibrosarcoma, and myxoid neurofibroma) and those mainly affecting the fingers and nails (sclerosing perineurioma, acquired digital fibrokeratoma, and periungual fibroma) \[[@B1]-[@B5]\].

Immunohistochemistry plays a particularly important role in the differential diagnosis of myxoid lesions with similar histopathologic features. Myxoid fibrous histiocytoma is negative for CD34 and positive for factor XIIIa. Superficial angiomyxoma is positive for CD34 and is negative for S100, which is similar to the immunohistochemical findings of SAF, but it is negative for both SMA and muscle specific actin. Myxoid dermatofibrosarcoma protuberans is positive for CD34 and vimentin, and is negative for EMA, desmin, and XIIIa. Low-grade myxofibrosarcoma is positive for vimentin, but it is negative for CD34 and desmin. Myxoid neurofibroma is a tumor of neural origin, showing positive immunohistochemistry for S100, which is of help in making a differential diagnosis of SAF \[[@B1]-[@B5]\].

It is known that SAF has a benign natural course, for which the standard treatment modality is complete surgical removal. Incomplete surgical removal might cause a recurrence. Patients with SAF should be under regular follow-up. Prescott et al. reported that SAF had nuclear pleomorphism or mitotic activity showing malignant potential, but its malignant transformation or metastasis has not been described \[[@B1]-[@B5]\].

This study was presented at the 69th Congress of the Korean Society of Plastic and Reconstructive Surgeons on November 11-13, 2011 in Seoul, Korea.
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![Preoperative and intraoperative clinical photos. (A) Preoperative clinical photo showing a 4 cm×4 cm×2 cm solitary skin-colored mass on the volar side of the left second toe. (B) Resected specimen.](aps-40-477-g001){#F1}

![Findings of histopathologic and immunohistochemical stains. (A) Collection of spindle-shaped fibroblasts in a myxocollagenous matrix that blend into primarily myxoid areas of fibrous stroma (H&E, ×200). (B) Immunohistochemical stains (×200) revealed that the sample was positive for CD34.](aps-40-477-g002){#F2}

![Postoperative view. Good cosmetic results were achieved without recurrence (12 months later).](aps-40-477-g003){#F3}
